Svcty-eight patients from 18 families have been identified as having familial adenomatous polyposis during the past 30 years in Northern Ireland (population I 5 million). Six of the 18 probands (33 %) had developed colonic carcinoma when first seen at mean age 34 years. Ten of the 44 patients identified by surgical screening (21 %) at a significantly lower mean age of 23 years had colonic carcinoma. Surgical management has generally been by subtotal colectomy with ileorectal anastomosis, or by panproctocolectomy and ileostomy.
INTRODUCTION
Familial adenomatous polyposis (previously termed familial polyposis coli), is an autosomal dominant condition characterised by the development of more than 100 adenomatous polyps in the large bowel.' It is associated with numerous extracolonic manifestations including osteomas, epidermoid cysts, desmoid tumours, retinal lesions, gastroduodenal polyps and adenocarcinomas, and dental anomalies. If untreated, carcinomatous changes inevitably develop in one or more of the colorectal polyps.2 The recognition of the inherited nature of this condition has permitted an effective screening programme which can reduce the incidence of carcinoma when combined with appropriate surgery. We present a review of the surgical management of patients with familial adenomatous polyposis and of those members of their families at risk.
From the 18 families, 47 relatives were detected by screening, median age 23 years (range . The difference between the two groups was significant (Mann -Whitney U test: p = 0-008). (Table) . was considered a curative procedure with routine follow-up being unnecessary, but the recognition of upper gastrointestinal polyps, and malignancy in duodenal polyps, has highlighted the need for long-term review.9 11 The reported incidence of upper gastrointestinal polyps ranges from 24-100% in patients affected by familial adenomatous polyposis, and there are no clear guidelines on management.9 12 The risk of malignancy developing in the duodenum of patients with familial adenomatous polyposis is 50-100 fold greater than that of the general population; however, the risk is still small. At present surgeons are reluctant to recommend a Whipple's procedure without evidence of frank malignancy, but it is advisable to perform regular upper gastrointestinal endoscopy and biopsy of polyps. Large polyps may be removed by snaring or fulgurated as in the rectum, but clearance of all duodenal polyps is seldom feasible.
Ileorectal anastomosis has been the most popular operation in this condition. The operation is safe and the sphincters and the pelvic autonomic nerve plexuses remain intact. Following colectomy and ileorectal anastomosis it is necessary to deal with the largest rectal polyps by fulguration or snaring, and the patient must attend for regular follow -up with proctosigmoidoscopy. Polyps of 5 mm or more should be removed or fulgurated, but it is unnecessary and indeed may be inadvisable to remove all minute polyps. Repeated fulguration of the rectum can lead to extensive scarring of the rectal mucosa, so that early malignant transformation may be difficult to recognise. Follow -up examination is performed every six to 12 months, and polypectomy is required on average every two to three years. Restorative proctocolectomy with pouch formation and ileoanal anastomosis appears to be closest to the ideal surgical procedure for patients with familial adenomatous polyposis. In this operation, all colonic mucosa is removed, nearnormal bowel function can be preserved with avoidance of stoma formation, sexual function is preserved and in specialist units the complication rate is low. 16 Complications nevertheless are more frequent than with other pelvic resections, especially pelvic sepsis. In 5 -6% of cases the procedure fails, and a permanent ileostomy is needed. A defunctioning ileostomy is required until the ileoanal anastomosis has healed. "Pouchitis" has now been recorded in cases of restorative proctocolectomy.17 Unfortunately frequency of defaecation and anal leakage may mar the results of surgery and this operation cannot therefore be considered the procedure of choice in most cases. The advantages of screening the offspring of these patients are reflected in the reduced incidence of carcinoma at time of diagnosis. To identify those at risk it is necessary to have accurate pedigrees. Those at risk can be advised to attend for screening. The use of a polyposis register has been shown to reduce the incidence of carcinoma in those carrying the gene for familial adenomatous polyposis. 18 19 As part of ongoing research into gene markers of this condition we have been collecting information on families.
